A female infant was born at 28 weeks gestation following spontaneous onset of labour. By day 3 she had not passed meconium and had developed abdominal distension. Meconium ileus was found at laparotomy and small bowel resection was performed. CF was confirmed by DNA analysis (homozygous for delta F 508). Parenteral nutrition was required for 6 weeks. By week 13 she developed conjugated hyperbilirubinaemia. An ultrasound scan showed absence of the gallbladder, a feature which is consistent with EHBA, and further investigations were performed at this time. A liver isotope scan suggested an obstructive cause for the jaundice, as in Case 1. A liver biopsy showed giant cell transformation, portal inflammatory infiltrate, cholestasis and periportal fibrosis consistent with neonatal hepatitis but not with EHBA. The infant was clinically anicteric by 5 months, and ultrasound scan at 7 months showed a normal liver with a small but functioning gallbladder. Prolonged neonatal jaundice is a rare feature of cystic fibrosis (CF). We present two cases of prolonged conjugated hvperbilirubinaemia in infants already known to have cystic fibrosis, which resulted in extensive investigations to exclude extra-hepatic biliary atresia (EHBA).
CASE 1
A female infant was born by caesarean section at 39 weeks gestation following antenatal diagnosis of bowel obstruction. This was found at laparotomy on day 1 to be due to meconium ileus. Small bowel resection was performed and CF was confirmed by DNA analysis (homozygous for delta F 508). At four weeks of age she developed conjugated hvperbilirubinaemia, and at 5 weeks became increasingly jaundiced and developed subacute bowel obstruction. At laparotomy on day 42 for resection of an ileal stricture at the site of the previous anastomosis, a liver biopsy was taken showing normal liver architecture, mixed inflammatory infiltrate with polvmorphs, lymphocytes, histiocytes and eosinophils, bridging fibrosis, normal biliary epithelium and mild cholestasis, consistent with CF. Unfortunately full exploration of the biliary tract with cholangiograms was not done at laparotomy, and given the clinical findings it was felt that EHBA should be excluded. A liver isotope scan on day 6S showed good uptake of tracer by the liver but no hepatobiliary excretion, suggestive of biliary atresia. Percutaneous cholangiogram on day 69 failed to demonstrate biliary drainage. Abdominal ultrasound scan showed a poorly distended gallbladder contracting after feeds, thought to make EHBAunlikely. During this time the infantbecame lessjaundiced and continued to feed well and gain weight and it was concluded that EHBA was not present. EHBA is a rapidly progressive condition and the outcome is improved by early diagnosis and treatment, so it is important not to delay investigations. If Kasai portoenterostomy is performed by 8 weeks of age successful bile drainage is achieved in 90%; after 12 weeks of age anastomosis is only successful in 20%2.
Ultrasound scan of the hepatobiliary system may be useful to exclude anatomical abnormalities, but is not a sensitive test for other causes of cholestasis. Studies have shown that absence of a gallbladder is suggestive of EHBA in jaundiced infants 3 ,+, and that presence of a gallbladder is consistent with neonatal hepatitis-, but other studies have not confirmed these results by demonstrating infants with proven biliary atresia who have a normal gallbladder 2 • In our patients radionuclide excretion studies failed to exclude EHBA. This was also found by Burton et a1. 6 who described two patients with CF and two with neonatal hepatitis who all showed no hepatobiliary excretion, falsely suggesting EHBA. Liver biopsy was useful in our infants. Brough and Bernstein? found that this was accurate in 93% of cases for the diagnosis of neonatal cholestasis, showing lobular disarray, giant cell transformation and mononuclear cell infiltration in neonatal hepatitis and bile duct proliferation, fibrosis and cholangitis in biliary atresia.
Although we know of no published record of an infant with both cystic fibrosis and biliary atresia, nevertheless it was felt important to exclude the possibility of surgically treatable EHBA. infection screen, random electroencephalography, electrocardiography and echocardiography, were normal. His mother subsequently reported that she had experienced similar attacks since infancy which had diminished in frequency with age. She had been diagnosed as having epilepsy but had not responded to anticonvulsant therapy. Her mother and brother also had episodes.
Episodes were precipitated by defaecation or insertion of a rectal thermometer. Both she and her mother had experienced attacks during childbirth and vaginal examination.
Characteristically, an attack commenced with the sudden onset of an intense burning sensation in the perianal region Familial rectal pain was first described in 1959 1 • Since then, there have been only three further reports of affected families 2 4 . The family described here was initially misdiagnosed; the condition may be more common than the literature would suggest.
CASE HISTORY
The proband of family'S' individual IV.2 in Figure 1 was born by forceps delivery at 33.5 weeks gestation following a normal pregnancy. At the age of 13 days he developed episodes of pallor of the trunk and face accompanied by flushing of the lower limbs. The colour changes were accompanied by tonic contraction of the whole body and tachycardia. Between episodes he behaved and handled normally. The diagnoses of congenital heart disease or epilepsy were considered but all investigations, including an 
